All over the causes of intractable diarrhea of infancy, microvillous inclusion disease is a rare congenital defect of intestinal brush border of unknown aetiology. An autosomal recessive inheritance is suggested by cases occurring in siblings and high incidence of consanguinity. The prognosis of the disease is extremely poor, as life can be sustained only by total parenteral nutrition. The authors report a preterm male newborn of 35 weeks gestation presenting severe hypernatremic dehydration on day 4 after birth caused by a secretory profuse diarrhea and discuss the tools allowing the light microscopic and genetic diagnosis. The final diagnosis of microvillus intestinal disease (MVID) was made on the third month after extensive investigations using electron microscopic examination of intestinal biopsy and genetic confirmation, finding a mutation at the homozygous status of MYO5B gene. The infant died on the fourth month in spite of optimal electrolytic support and parenteral prolonged nutrition.
Introduction
The dehydration is a rare symptom in neonatal period with a various etiology.Microvillus atrophy disease (MVID; OMIM251850) is an extremely rare and severe enteropathy causing protracted diarrhea starting at the first few days of life. We report a case of neonatal dehydration secondary to profuse diarrhea due to MVID. The management of this condition and the positive diagnosis were difficult. Through this case, we will try to explain the clinical aspects of MVID and highlight the importance of early diagnosis.
Patient and observation
We report a case of a male near-term neonate with gestational age of 35 weeks. He was the third born child to a 27-year-old mother with no significant past history. He was derived from a third degree 
Discussion
Neonatal dehydration is an uncommon problem with a variety of etiologies that presents particularly difficult diagnostic and therapeutic challenges. MVID may be one of these etiologies. It is one of congenital enterocyte disorders that causes severe and intractable secretory diarrhea leading to severe dehydration [1] . The MIVD is extremely rare. The incidence in the Japanese population is about of 1 per 3,000,000 live births [2] . A female preponderance of 2:1 has been reported (three). Two forms are described: early onset MVID diarrhea beginning in the first 72 hours of life, and late onset with first symptoms appears at 6-8 weeks after birth [3] . In our case, the diarrhea began early in life at the fifth day. 18q21 that defect intracellular traffic and disrupt epithelial cell polarity [7] . MYO5B gene encodes myosin Vb that regulates membrane trafficking along the recycling pathway in polarized epithelial cells [8] . The MVID patients are at risk of developing a PFIC-like liver disease [9] . The cholestasis results from the impairment of the MYO5B/RAB11A apical recycling endosome pathway in hepatocytes, the altered targeting of BSEP to the canalicular membrane and the increased ileal bile acid absorption [9] . Our patient had developed a cholestasis on the first month of life.A new study describes the appearance of necrotizing enterocolitis in an infant with MVID [10] . There is no curative therapy. The only proved treatment, that can give hope, is small bowel transplantation alone or in combination with liver that improves the outcome and quality of life [10] . In our case, the infant hadn't a specific treatment of MVID because of lack of transplantation opportunities in our country. The antenatal diagnosis can be suspected in front of hyperechoic bowel loops in the systemic antenatal ultrasound [4] or bowel dilation with polyhydramnios [4, 10] . Molecular analysis of the MYO5B gene is helpful in genetic counseling and prenatal diagnosis of recurrent microvillus inclusion disease in subsequent pregnancies [4, 5] . The prognosis of MVID is poor. The majority of cases with early onset disease die between 3 and 9 months of life due to dehydration, malnutrition and sepsis [1] . Our newborn had a very early beginning of the manifestations and he died in the sixth month of life due to sepsis.
Conclusion
The microvillus intestinal disease is a life threatening condition leading to a poor outcome. With the recent advances of ultrasound techniques, antenatal diagnosis becomes possible which can improve the prognosis. Combined bowel-liver or bowel transplantation is regarded as the only potentially life-saving therapy.
